A previously healthy 3-year-old girl was scheduled for tonsillectomy, adenoidectomy, and bilateral tympanostomy tube placement for otitis media with effusion and sleep-disordered breathing. Intraoperatively, a large nasal mass was noted. On physical examination, she had 4+ tonsils, mild hypertelorism, and an exophytic, lobulated nasal mass on anterior rhinoscopy.
Computed tomography (CT) demonstrated an expansile mass filling both nasal cavities, with bony erosion of the anterior skull base, right sphenoid sinus, right orbital apex, and hard palate ( figure 1, A) . Magnetic resonance imaging (MRI) illustrated an extensive sinonasal mass that was T2 hyperintense and T1 slightly hypointense with diffuse enhancement after contrast administration ( figure 1, B) .
Nasal endoscopy and biopsy were performed under general anesthesia. Histologic examination showed a moderately cellular lesion composed of fascicles of bland spindle cells embedded in a variably collagenous stroma (figure 2, A). Immunohistochemistry showed spindle cells with diffuse and strong nuclear and cytoplasmic reactivity for beta-catenin (figure 2, B). A diagnosis of desmoid-type fibromatosis was made.
An endoscopic tumor resection was performed. The tumor had a broad attachment that spanned from orbit to orbit and from clivus to the ethmoid roof. The tumor was grossly resected, leaving microscopic disease adherent to the anterior cranial fossa dura and right optic nerve region. Nasal endoscopy under anesthesia performed 1 month later identified no gross residual disease.
Desmoid-type fibromatosis, also known as aggressive fibromatosis or desmoid tumor, is a rare neoplasm of deep soft tissues that is histologically characterized by an infiltrative, low-grade fibroblastic proliferation and clinically characterized by a tendency for local recurrence but no metastatic potential. These tumors usually occur outside the abdomen in children and in the abdominal wall in women of child-bearing age, but they are equally likely to be abdominal or extra-abdominal in later adulthood. Extra-abdominal desmoid tumors, including those in the sinonasal cavity, are likely to be sporadic. Mesenteric and abdominal wall desmoid tumors are usually associated with familial adenomatous polyposis, which is caused by germline mutations in the adenomatous polyposis coli gene. 1 Overall, 12% of desmoid tumors occur in the head and neck region. 2, 3 The most common subsites include the mandible, tongue, mastoid process, and maxilla. 3 The sinonasal tract is an uncommon subsite. 
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Both extra-abdominal and abdominal desmoid tumors are locally invasive with a high rate of recurrence but do not metastasize. Surgery remains the preferred treatment modality, although chemotherapy and radiotherapy have also been employed.
